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CASE REPORT

¢ Cune-Albright syndrome with gigantism and
perprolactinemia

pacini*, G. Perri**, P. Bagnolesi**, A. Cilotti**, and A. Pinchera”
ituto di Metodologm Clinica e Medicina del Lavoro, Cattedra di Endocrinologia, and **istituto di
diologia, University of Pisa, 56000 Pisa, Italy

STRACT. We describe the case of a 38-year-old man with typical Mc Cune-Albright syndrome and

unusual combination of both growth-hormone and prolactin hypersecretion. The patient was

xtremely tall, which is unusual in Mc Cune-Albright syndrome, suggesting that he did not have

recocious fusion of the epiphysis, a common finding in this syndrome. Unfortunately the patient

efused any treatment for his disease. A similar case has been previously described only in a
4-year-old boy.

INTRODUCTION already present during childhood and probably evenin
Mc Cune-Albright syndrome is a disease of unknown infancy.

etiology consisting of polyostotic fibrous dysplasia of Radiological examination

bone associated with brown pigmented areas of the A skeletal radiological survey showed an asymmatric
skin and several endocrine dysfunctions (1, 2). These overgrowth of the skull involving mainly the right side
include sexual precocity, especially in females (3, 4), (jaw, mastoid and calvarium). At the vault the appear-
goiter and/or hyperthyroidism (4, 5), growth hormone ance simulated a long-standing cephalo-hematoma.
(GH) hypersecretion (6), Cushing’ disease (7) and ac- The cranial bone structure appeared completely dis-
celerated skeletal growth (8). Recently the first case of torted with a mixed pattern of bone-forming and bone-
Mc Cune-Albright with hypersecretion of both GH and destroying lesions (Fig. 1a and 1b). Because of such
prolactin (PRL) has been described in a boy (9). A deformity any evaluation of the sella and petrous bones
hypersecretion of hypothalamic releasing factors has was not possible, furthermore the patient refused to

been suggested, but not proven, as the possible expla- perform a computerized assial tomography. The long
nation for the endocrine manifestations of this syn- bones, besides a generalized overgrowth, revealed dif-
drome (10). fuse cystic lesions mainly at the diaphyses of the right
We now report the second case of typical Mc Cune-Al- side (Fig. 2a, 2b, 2¢). Moreover an enormous balloon-
bright with concornitant GH and PRL hypersecretionin ing enlargement of the proximal end of the right ulna
an adult man. was evident (Fig. 3). The vertebral bodies, mainly atthe
dorsal tract, appeared increased in their antero-poste-
CASE REPORT rior diameters. There was also an exaggerated devel-
A 38-year-old man was referred to us by an otolaryn- opment of the spinous process (Fig. 4). The interverte-
gologist who had seen him because of bilateral ipoa- bral spaces otherwise resulted normal. The fiat bones
cusia and otorrhea. The patient was 203 cm tall and presented an extensive overgrowth. Moreover radiolu-
weighed 104 kg. He showed an asymmetric “leonine cent diffuse lesions were present at the pelvis and.ribs.
facies”, had a severe kypho-scoliosis with normal Endocrine evalualion
hands and feet. Cutaneous “café au lait” spots from 1 As shown in Table 1, endocrinological studies revealed
to 10 cm were present on his back and left side of his clevated basal levels of plasma GH (76 ng/ml) and
neck and shoulder. PRL (234 ng/ml) which increased after TRH.
From the history it was possible to ascertain that the Thyroid hormones and basal TSH were normal with a
accelerated rate of growth and facial asymmetry were low-normal response of TSH to TRH. Basal plasma

cortisol, LH, FSH, PTH (c-terminal), calcitonin and tes-
tosterone were in the normal range. Serum calcium

Key-words: Albright syndrome, polyostotic fibrous dysplasia, gigartism, hyperpro-

tactinemia, ; was normal and alkaline phosphatase was elevated
(_Sorresp(mdence; F. Pacini, M.D., Cattedra di Endocrinologia, Viale det Tirrenc 64, U 210 U/L) Further assessment of hypothaﬂamm—putu—
56018 Tirrenia {Pisa), Italy. itary function, as weil as any treatment were refused by
Received December 1, 1986; accepted Aprit 15, 1987. the patient.
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Fig. 1 - {a and b) - Generalized distortion of the bone cranial structure.

Fig. 2 (a, b, and c) - The right humerus, right ulna and right tibia showing extensive
diaphyseal bone cyst. The tibia at the mid-shaft shows a thin and expanded cortex,
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I structure.

Fig. 3 - Striking enlargment of the right ulna at the proximal
epiphysis.

Table 1 - TSH, GH and PRL after TRH test.

TSH GH PRI
pU/ml ng/ml ng/mi

Basal 1.7 76 234
after TRH

(200 ug) + 10 49 a0 216

+ 20 75 104 280

+ 30 6.3 108 265

+ 60’ 6.7 &8 260

BISCUSSION

All together the features described in this patient are
consistent with a diagnosis of Mc Cune-Albright syn-
drome associated with gigantism and hyperprolac-
tinemia. However some features of this patient are
quite unusual and deserve comments. First, the patient
was very tall, while patients with Mc Cune-Albright tend
to have low height as a result of accelerated growth
and precocious fusion of the epiphyses, even in the
absence of sexual precocity. The clinical features in
this patient began during childhood or even before, and
at about age 10 facial deformities and high tall were
already present. '

Mc Cune-Albright syndrome

Fig. 4 - Overgrowth of the spinous processes at C1 -C6-C7.

It was not possible to determine whether the patient
had sexual precocity, but in view of his height, this
possibility seems unlikely, since it would have caused a

precocious epiphyseal fusion with resultant low height.

Probably GH hypersecretion during childhood was es-
sential in determining his high tall,

Unusual is also the association of hypersecretion of
GHand PRL. In Mc Cune-Albright such an association
has been reported only in a 14-year-old boy whose
endocrine alterations were suspecied to be due to an
autonomous pituitary adenoma (9).

Unfortunately our patient refused further morphologi-
cal studies of his pituitary as well as further function
tests. However the high levels of both GH and PRL and
the paradoxical response of GH to TRH suggest the
presence of an autonomous adenoma also in our case

(11).
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